Pachyonychia congenita is an autosomal dominantly inherited disease that primarily presents as nail dystrophy and dyskeratosis of skin and mucous membranes. A 32-year-old female presented with thickening of the nails and thickening of both heels. Her father showed pincer nails with periungual thickening of skin and fissures with focal plantar keratoderma. Her two sons had similar nail changes.
Introduction
Pachyonychia congenita (PC), first described by Muller in 1904, is an autosomal dominantly inherited disease that primarily presents as nail dystrophy and dyskeratosis of skin and mucous membranes. The signs and symptoms of this condition usually become apparent within the first few months of life. [1] Only 450 cases have been reported in literature. Two types of PC have been described -Type 1 -JadassohnLewandowsky and Type 2 -Jackson-Lawler type. [2] We are reporting Type 1 PC in three generations of a family.
Case Report
A 32-year-old female presented with gradually progressing thickening of the nails since birth, pain, and thickening of both heels since the age of 2 years. She gave a history of recurrent paronychia. She had received prolonged antifungal and antibiotic therapy with no improvement. There was no itching, hyperhidrosis, blistering, natal teeth, or ocular symptoms. She was born to second degree consanguineous marriage. All 20 nails showed thickening and yellow-gray discoloration of nail plates; hypercurvature on the transverse axis of the nail plates giving a pinched shape to the nails. Subungual hyperkeratosis, onycholysis, and complete dystrophy were also noted in few nails [ Figure 1 ]. Fingernails were more involved than toenails. KOH preparation was negative, and biopsy from heel was suggestive of keratoderma.
Her father showed pincer nails with periungual thickening of skin and fissures with focal plantar keratoderma [ Figure 2 ]. Her two sons had subungual hyperkeratosis which was more prominent in younger son. Elder son had a pilosebaceous cyst on the left forearm [ Figure 3 ].
Discussion
Mutations in the KRT6A, KRT6B, KRT6C, KRT16, and KRT17 genes can cause PC. [3] [4] [5] PC type 1 is the more common variant, characterized by hypertrophic nail dystrophy (pachyonychia). It may be accompanied by painful paronychia, symmetric focal palmoplantar keratoderma (PPK), oral leukokeratosis, palmoplantar hyperhidrosis, follicular keratoses, and laryngeal involvement. PC Type 2 is characterized by almost all clinical features of PC Type 1 with natal or prenatal teeth, numerous steatocystomas, and other variety of cysts (epidermal inclusion cysts, pilosebaceous cysts, and vellus hair cysts) and PC Type 3 with corneal dyskeratosis. [2, 6] PC also has a fourth variant, known as PC tarda, in which symptoms develop in second to the third decade of life. [7] PC is often confused
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For reprints contact: reprints@medknow.com with Clouston's syndrome which presents with alopecia, diffuse PPK, deafness, and structural abnormalities such as syndactyly and polydactyly along with above-mentioned symptoms. [8] Alopecia could not be appreciated in our patient, PPK was localized to pressure points, and hearing was normal.
Radical excision of the nail, nail bed and nail matrix, and skin implantation at the site of the removed nail is the only known effective treatment. Topical emollients with salicylic acid or other keratolytic agents and systemic retinoids can be used for skin lesions. [7] Financial support and sponsorship Nil.
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